SUMMARY A family with an autosomal dominant form of congenital cataract, total nuclear cataract, was examined for genetic linkage between the cataract locus and 30 marker loci. Close linkage was excluded for all of the 21 informative loci. There was no significant evidence for linkage of the cataract locus with any of the marker loci.
A brother of the proband, 005, was first examined in 1954 at 1 year of age. The ophthalmological examination was normal except for cataracts, which were similar to those described above. Both cataracts were removed in 1954. Another brother of the proband, 008, was first examined in 1968 at the age of 5. Again, he presented with cataracts similar to the proband's, but was found to have, in addition, an alternating esotropia and intermittent involuntary upward motions of the eyes, one at a time, resembling oculogyric episodes. His cataracts were removed in 1969.
The cataracts described above are, in each case, consistent with the description of total nuclear cataract given by Duke-Elder (1964) .
Materials and methods
The congenital cataract in this family segregates as an autosomal dominant with complete penetrance (Fig.) . Excluding the proband and his father, 54 per cent of the offspring of affected parents were also affected. Of the 22 affected subjects, 10 were male and 12 were female. Male to male transmission was observed in 4 cases, and there was no evidence of incomplete penetrance.
Forty-four members of the family were typed for 30 marker systems: ABO, Rh, MNS, Fy, Kell, Kidd, Lewis (red cells), P, Gc, Gm, Km, Lp, Ag, PGM1, Hp, 6PGD, C3, AK, Tf, GPT, EsD, AcP1, GLO, Bf, ADA, galactose-l-phosphate uridyl transferase (Gt), transcobalamin (Tc). serum amylase (Amy2), and a,-antitrypsin (Pi). Secretor types were inferred from the red cell Lewis types (see Race and Sanger, 1975) . Of these systems, all except Kell, Km, Ag, 6PGD, C3, AK, Gt, Amy2, and Pi were informative with respect to their genetic linkage relations with the cataract locus.
Huntzinger, Weitkamp, and Roca
The pedigree was analysed for linkage using the lodscore (z score) method of Morton (1955) as implemented in the LIPED computer programme (Ott, 1976) .
Results and discussion
The results of the linkage analysis are given in the 
